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Abstract

Case 1: Woman aged 77 years, diagnosed with rheumatoid arthritis (RA). Case 2: Woman aged 69— years with RA. Case 3:

Man aged 70— years with RA. All of them had an affection career of tuberculosis in the past. Because they showed

worsening disease activity, they started Sarilumab (SAR) . In all cases, latent tuberculosis (TB) infection was negative and

RA disease activity was improved without the development of active TB after SAR administration.
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Abstract

Objective: To evaluate the effectiveness of etanercept biosimilar (ETN-BS) therapy in the treatment of rheumatoid arthritis
(RA).

Methods: This was a retrospective, observational study. Fourteen patients diagnosed with RA who received ETN-BS at the
Niigata Rheumatic Center between 2019 and 2023 were included in the study. The patients were switched from etanercept
originator (ETN-OR) to ETN-BS. We investigated the patient characteristics from 0 to 48 weeks after ETN-BS
administration.

Results: No side effects were observed following the ETN-BS administration. There were no significant differences in either
the clinical or laboratory findings during the study period. One patient experienced a relapse 36 weeks after the start of
ETN-BS administration.

Conclusions: ETN-BS therapy may be a valid treatment method for patients with RA who are switched from ETN-OR to

ETN-BS.

&
TZ AN 7 (ETN) BT Y v < F (RA) DRI
1998 4E 1T K [E THEFR & L THEIM: 23HERR S 7172 Tumor
necrosis factor fHEE 3 (TNFIHES) TH H 2, ETND
4647 i (ETN-OR) %2004 45 12 B 25 [E THEFR S iz,
ETN D N A F ##fit it (ETN-BS) o B shtk, &4eMiz-o
WTHHESATWEI, RABEIZBEWVWT, o4k
YR EIHE & W CALEA T CTNFPHESE & L TDOBS D
BRHHER S N TH D 1P, B TIXETN-BS 3% 4,
B, BN, REREME, &Moo T ETN LIEE
CHEBILARBRE LTESTH 2 RS hTwna o,
FZEWNTEIN-BSADOYHFEZ T/ R R RS
N3, EIN-BS O He&IHH Lt L7 RE L &
278, AyEE#EOWIEIZ L D, FR304E108 1 H
5, HREETH L EBEEOTHITOWT, EHIIERIE
fifi DSEE2E VBN R S W TR BER G ZHH T2 2 L 28
TE 2 RO LNTGAE, FAlE UCTHRFEERML G
NEnsdZ Eleh otz (EIEREEE4LEIH), £
YR BIA DR FE 1247 2 BS b 2 DB FEEHK L O F
KEENZ EVHIERVEEXTESATEY (B 196[H
E4, ZREH245). £WFNEH D JFER & L TBS
DR ESND Z Lo Tz,
—H, WRENTWDE A= =1L 2EMEDEN I

T e, BOBREBLEIG, 48 ORMER L ER S
IZEWEH D Z EHIEHIsNTWEY, 720 77X ) A
~ 7 (ADA) -BS. ETN-BS~\D A A v FHDOHEHH
DFBROEHEN D H B 101D

B i}
AL TlE. YBETETN-OR 2 5 ETN-BSIZZH L
7 RAJEFI D ERRAR B %5 A RMICHE L. 08 Ak
LMES2HEET 22 L TH B,

5 &

ENTIE A i d it b e S S EN OV ko SYMIE ¥ F3'd
BRI BIEE (2023-028) TH D BE» L ORE
FA 7TV MICEDEER LTz, KREDD V= FER/ K
WY v~ F R FEIAE 2D &7 L. 4B T2019
4 2> 520234 IZETN-OR %> 5 ETN-BS (# ¢ 1 (ETN-
BS1) 104, ##i2 (ETN-BS2) 441) ~t ) % 2 7:RA14
FEFI oW CTHREE R, ETN-BSHIREOTEHL % H
Nz, F 7z, 0. 12, 24, 48 KEIT B 1) % Creactive
protein (CRP). rheumatoid factor (RF). matrix
metalloproteinase-3 (MMP-3). 28-joint disease activity
score using erythrocyte sedimentation rate (DAS28-ESR).
clinical disease activity index (CDAI). health assessment

DHHRIRILY V= F v &2 — ) U< TR, PHIRKRYRERE B AR A AN B R A2 4 B, SWITCHING
FROM ETANERCEPT ORIGINATOR TO ETANERCEPT BIOSIMILAR FOR THE RA TREATMENT OF
RHEUMATOID ARTHRITIS, MASANORI SUDO et al : ”Department of Rheumatology, Niigata Rheumatic Center,
Y Division of Clinical Nephrology and Rheumatology Niigata University Graduate School of Medical and Dental Sciences
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questionnaire (HAQ). methotrexate MTX) @ # 5. &,
prednisolone (PSL) D% 5% % Ll U 72, @R T —
23 THIMETHRR LT,

#EFT 1 7E 1% Kaplan-Meier i, Wilcoxon £ 5 {5 JIH A7 1
MUE. RAZHIE BT 2 1T LT T — & 2T L 72,
pfE<0.05 Z#FTICHE R & &% L, EZR & W CREAT
BERL Y,

m =B

K5 EH 1441220 W T, ETN-BSBIIGK 0 BH T 5
#1177, ETN-BSBmRKEO4EHHE 63.07%, X
P9 (64.3%) 725 120 FEGI DREFFHIIRDLIL, LRIRD
TR 23D - TIERI 236 ) (42.9%). BRBEEH
L#k 23201 (14.3%) B REEE 22340 (28.6%). &
RIEEE 3k A 200 (14.3%) TH D BREHI S EIRE v
L X DEMZLETN-BS23H %5 Z L #itBH S iz, F172
JEAEBE 5 LEFE SR S N EEREST XV T 2o
725, AETHIND 2 Lo wHKREES T, BSIZE
W22 itk aEREORBICEABME L, ETN-
OR 75 ETN-BS~EI D & 2 L7z, ETN-BSO# 5.4
IX ETN-BS 50mg/i# 2310, ETN-BS 25mg/ 3 533 i,
ETN-BS 25mg/2 H 25 1] 72 5 72 ETN-BS @ & A D
AW BIF OB REE 1L, ETN-OR237 7 — A b N A
F 72 5 125EHI 236451 (42.9%). ETN-OR 2327 H TA v~
7V x¥ =<7 (FX) » 58 08 2 75ER 25561 (35.7%)
ADA 2> 6 8] D & 2 19EH 23141 (7.1%). ETN-OR 253
#I H TIFX. ADA 2> & Y] D % 2 72 REH A3 141 (7.1%)
TYL<T, TNEE T b0z 1ER 2314
(7.1%) 725 72,

®1. EIN-BSRHBROBEER

i [ 63.0 (52.8-66.5)
2 [n (%) ] 9 (64.3)

R AR (4] 12.5 (10.3-14.8)
RF %61 [n (%) ] 10 (71.4)

APCA 5561 [n (%) ] 10 (71.4)

ETN-BSI/ETN-BS2 [n(%)] 10 (71.4)/4 (28.6)

FEA] DREF R [n (%) ] TR, REIREEH 0

6 (42.9)
BihpEESE 1k 2 (14.3)
BRREL 2 4 (28.6)

BAEESEIHL 2 (14.3)

ETN-BS#5-5 [n (%) ] 50mg/i8 10 (71.4)
25mg/iE 3 (21.4)

25mg/2iE 1(7.1)

T E4&H Y (ETN-BS2)
2A(14%)

X1. BIfFA. REOFESDEIS

(%)
100

20 30 40 GHE)
HRIAM
7 FR

FEGI L

ftoFEA TR 251 (ETN-BS2)
ZRER 15| (ETN-BS2)
fEEFE AN 1{5 (ETN-BS1)

2. ZREHARTOETN-BS DR & FRRTIEH

ETN-BSEHH O EIfEH. EEOAREGOEIEIZD
W 11z, BIZR T o ETN-BS Ofk#i R & drlf i i
IZDOWTH2IZENZIURT, BIZIERITETN-BSIT &
DIESALIE % & ORIVERIE R & i b > 72 ETN-
BS2 D OAREAIT X 2RI A 200 7 5 lz, ETN-
BS D 488K 0 #kHi R 13 71.4% 72 o 72, ETN-BS FRllit D
B O REATOWIBA 24, BRI O K%
BB, MBEREA BT 72,

T, ETN-ORE AKRF & ETN-BSY) ) & 2 IR T
BN IE B o b % 52212, ETN-BS O L4l % v
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2. ETN-OREARFE ETN-BS th DB X BFDLLER

ETN-OR & A ETN-BS 1 ) % 2 1§ p fi

CRP (mg/dL) 1.50 (0.32-3.90) 0.14 (0.05-0.18) 0.020%
RF [1U/mL] 38.0 (13.0-313.0) 28.5 (10.8-76.8) 0.173
MMP-3 [ng/mL] 190.6 (84.9-278.3) 68.7 (56.4-118.1) 0.020%
DAS28-ESR 5.8 (4.5-6.3) 2.8 (2.0-3.7) 0.011*
CDAI 29.4 (13.2-45.0) 6.5 (1.2-10.0) 0.004*
HAQ 0.3 (0.2-0.5) 0.13 (0-0.8) 1

MTX [mg/ ] 6.0 (3.0-8.0) 5.5 (0-7.8) 0.944
PSL [mg/ H] 4.0 (0-5.0) 0.3 (0-2.4) 0.025*

* 1 p<0.05, 7 — X IZHRAE (PUSALHEPH) THIR,

CRP: C-reactive protein, RF: rheumatoid factor, MMP-3: matrix metalloproteinase-3, DAS28-ESR:
28-joint disease activity score using erythrocyte sedimentation rate, CDAI: clinical disease activity index,
HAQ: health assessment questionnaire, MTX: methotrexate, PSL: prednisolone.

&3, ETN-BStIDEZ1%0. 12. 24, 48 BTODLLE

038 1238 24 38 48 34 p fE
CRP (mg/dL) 0.14 0.08 0.08 0.08 0.449
RF [1U/mL] 28.5 29.0 44.0 35.0 0.457
MMP-3 [ng/mL] 68.7 65.3 82.9 102.0 0.363
DAS28-ESR 2.80 2.78 2.10 1.75 0.190
CDAI 6.5 5.8 42 3.8 0.060
HAQ 0.13 0 0.32 0.13 0.349
MTX [mg/ ] 55 4.5 5.0 7.0 0.703
PSL [mg/ H] 0.3 0.25 0 0 0.137

FARRED BT, 7 — 2 IZHPIRETHIR,

CRP: C-reactive protein, RF: rheumatoid factor, MMP-3: matrix metalloproteinase-3, DAS28-ESR:
28-joint disease activity score using erythrocyte sedimentation rate, CDAI: clinical disease activity index,
HAQ: health assessment questionnaire, MTX: methotrexate, PSL: prednisolone.

72ETN-BSHI D B 2 $0, 12, 24, 48BIFK R T K
FMEE O R FE3I2F N EF R T, ETN-ORE A
Az R Y115 (71.5-137.5) » A TETN-BSI24) D %%
Z. ETN-OR® fif A 1z & D CRP, MMP-3, DAS28-
ESR. CDAIIZAE Izt L, PSLORES R ITHFR I
B SN, RE. HAQ. MTX D5 BICERZE I Lo
720 F7:. ETN-BSI2H) D % 2 CT0~4838 F T D HIEH
[ 12 CRP, RF, MMP-3, DAS28-ESR. CDAI, HAQ.
MTXD&E G R/ EPSLOKGRTENEFNERER L
noTlz,

wikic, BIEHEMANO36B TRAODHR AL i
1z oW THE T 2, FEHIE625% 5B . 2004 4F F&
fEDRAKEGI TH D, FHEEEIRTH > 7z, MTX
6mg/ il T 2T oA, 20054EIFX ZHEA L 72257 F
74 7%Y—vayZEHIELTHIEL, ETN-OR %
BfA L TR L. MTXUEWiE A 1L S L7z, 202046
ETN-OR H 7l T % fi# # £ L. CRP0.07mg/dL. RF 79
IU/mL. MMP-3 47.6ng/mL. DAS28-ESR 2.63. CDAI
1.2, HAQ 0 TZE L T Wiz, ETN-BSEA & T HEH
X154 TH D, 20204E9 HIZETN-BS2~E1 D & 2
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72 ETN-BS DY) D 7 2 #2124k % 12 B EiE AR 238
M L. ETN-BS# A 3638 CTCRP 0.15mg/dL. RF 15110/
mL. MMP-3 87.4ng/mL., DAS28-ESR 3.15, CDAI 5.4
% CTHAL L. RA D ¥ 2% b LETN-BS 2> 5 ETN-
ORIZEH L7z, LA L. 20214E12 H IZCRP 4.57mg/
dL. RF 553 IU/mL. MMP-3 985.9ng/mL., DAS28-ESR
7.15. CDAI 37.6, HAQ 1.13 2 CTHE(L L, RAOFHK L
s, b7 79 =7 (TOF) 10mg/ Hizt) H & 2
720 TOFY) O ¥ 2 9638 % 12 12 CRP0.04mg/dL. RF 244
IU/mL. MMP-3 77.2ng/mL. DAS28-ESR 3.53. CDAI
10.6. HAQ 0 % THYE L 72,

£ =

Al 4PBED ETN-OR 2> 5 ETN-BS ~ 8 D ¥ 2 724
FlOEGRRSHEICHE B L. ETN-BS O A 122 W CHREE
L 7z, ETN-BS{#H M EHITIlL. ETN-BS2 T o REL
12X BMIR A D20 7 5 7z 25, ETN-BS1. ETN-BS2
A JRYYE LRGN G 72 EOFEFRRIIEC Lo
720 ETN-OR CH E 2 BB 238 L, PSL 23
BEINTWIIEH CTETN-BSIZI D B 2. HRRIZXD
ETN-BS % Hil¥T U 72 5E 0 % B 7HER T OGS Tl B
LW CETN-BSHI D & 2 1% b RIS B 0 BRI
Rond| PSL. MTX DRERITEREZIZIR L5
72

M EOFER XD, EEETEEMORAEFNIZH L T
ETN-OR T¥HEIEB I % W#E L TH 5 ETN-BS~ D Y]
Dz 3. RADERIGEMEZHR S ¢ TIRBER 2%
CLCHkficE 2maeErH 2 EEZ2 b Tz, LLS
[E DFZE TIL B IR PN 12 RA OB 035D LTz 1] 28
H Y. ETN-BS~ot] H Bz BEPEE TH 2 00135
HBoOMEET L EEZ LN, 725 HOMEDRT
S Tl 2w 25, BIEUE BE o 80 R 2 M o RAJEHI T
ETN-OR % ETN-BS2 I2ZH L, FHAL ETN-ORIZE L
72 3R T, TOF ~NDZEE TRMIT % o 72 R b AEHR
L7z0 EIN-BSIZE® L 728412, ETN-ORIZE L T
HUAX 2 =TS LWEHIGFHEST 2729, BSANOE
FIFIZZ I ETERLTCEBADEIDH L EEZDbNT,
% & 13 PRESERVE i 5% 'Y < PRECEPT i Bt '€ o fi 5
WEB L, 22 MY 7: 0 1T BEBTEEIME, H 25w
WERTGTAOETNMEHIEE 2 Z L 28 L T
ETN-OR DEA%#1T o> THE D 7, F ILELEBEK T
ETN-OR & #8 L 72 ETN-BS D B 12 20 W T D 4
LIRS N2 1819, KB TIZ 66 (43%) AR HIFEH
T, 84l (57%) DS EEKFEEZ TETN-BSIZt) D & 2 Tw
720 ETN-OR THEB S E L T W BRI L, R
FBLH % # % L T ® ETN-BS T Nk 231 e T H
LT LIENTEZEEZLNT,

—h. A2V TETN-BS2 TR DR EE 28
HE T 48B3 THR I L T B ERI 23241 B - 72, ETN-

BS2 [ 5¢ 54113 20204E 10 A 13 H £ 12 0 i1 Js L ¥
A L, 2 0%20204E 11 B I8 REREFEOEN
BRFELIZD, FBlaoF YA VAT L BB E
DI, —KHEZEIE LT, 2Dk, 2024467 H 19
H % TIZBINTO B OIRE AT E (W64 TEESE D il 23
D R D) s S . ETN-BS2 T&& 21 4 0 RIR
NOFEDPHERSINT, THLLOFERIFFBED v MiT
fRolcdbDTIEL L, FREETETIIHEOERICE
EBOH 2 TIRIIELER DA U 7B < F K IR &
LoTWiz, AFZEOBEMHATHE anF v A VA
DEECHBARELFA LT 2 & X D ETN-OR~NEH
L TW3UERIASETN-BS1 T 14, ETN-BS2 CT14l. &
FeflEigs nTts ., SHOMMOKEHNETN-BS{H
HoORETH 2 EFEZ LTz,

w &R

TR B B TRENME O RAJEFNI R 3 2 A W2 S5 o 15 9
T, ETN-OR 2> 5 ETN-BS~ DY) U 3 2 135 BG4
THEBR SR SITEI IR Z Ak T S 2 58 LIRS
R O—oTh o WREM DL EEZLNS, 12721
ETN-BSIZEHE L CHMT 2EH D Roh, FET 2L
ErxHbEEFEZLND, T2, ETN-BS OLEMAG I E
FNd,
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VIO ARAT 7 I RRNVAEESE L 7Py ba X 7Hik R T
PLSSA/Ro VRGO v = — 7' v VhEfBERE I X 2 B iki: i i i e o 14

FEMEIR, JRRACSERR, OUERESr, Joe By, MPRT, EHER—E, AWER, fEHR—0, $ARes

Key word : pulmonary arterial hypertension, anti-centromere antibody, Sjogren’s syndrome, immunosuppressive therapy,

intra-venous cyclophosphamide

Abstract

Here, we present a 87-year—old Japanese woman with pulmonary arterial hypertension (PAH) due to anti-centromere
antibody and anti~SSA/Ro antibody double positive Sjogren’s syndrome (SS). She was treated with 40 mg/day of
prednisolone and intravenous cyclophosphamide (IVCY) therapy and improved significantly. Extra-glandular
manifestations of primary SS often include peripheral airway involvement and interstitial lung disease, but there are
increasing reports in recent years of PAH complicating SS. There is no established treatment for PAH associated with SS,

although the use of multiple immunosuppressive agents has been suggested to improve prognosis. In the present study, we

report a case of PAH associated with SS, in which oral glucocorticoids and IVCY were successfully used.

&
JRFEM Y = — 7 v v JE 8 B (primary Sjogren’s
syndrome : pSS) ORREAMEIR & LT, KA KIEIRZ < [H]
R BB AI % o B3, il B R4 i v IfHERE (pulmonary
arterial hypertension : PAH) % &0F 3~ 2 #i 45 o5 4E 34 bl
LoDobH b, SSITEPFL 72 PAHIZK 3 2L & Tif
BRI WA, RO SN O A3 TR UGE 125
5322 RBINTWS, S, ity bux7H
R J Bt SSA/Ro FLiA PG D SSIZ A HF L 72 PAHIZAT L
T, A70A4 FAREYZurR 7 7 3 FRKERHE
##1% (intravenous cyclophosphamide : IVCY) 254 L 72
FER 2 B L 70 TS T %,

E
KEGY : 875% M
Fiv o PR
BURE @ AbBe1 280 & 0 HERO Bz B LETE
XS LT, ZPROEFRSpO21390% LEfETH D |
MRS O = o — B CHE=ZRMUTRIGEO b, #HEE
S 440 fii B IR E 1 80-90mmHg & FEHH Sl 2 7R L 2o
HEs3E 5 CT AL CUEHE & 2> BB IR IR 132 72 < . D
& 7 — 7 VIR EE (right heart catheterization ; RHC) Tl
S EIREEAJE (meanPAWP) % 8SmmHg & FEHERIPH C
B o T2 vs, BERPEEIIRE (mean PAP) 2340mmHg
EEMETH D, MimMEE & 20 S iz, MRk it
A (ANA) 32015 £ B TH D . KEEHRRIR 12HE S
Jiti B AR it 5 I (connective tissue disease-associated

pulmonary arterial hypertension ; CTD-PAH) 25&t 172
cOREE LY HIIZYRHIRE S 17z,

WEARE @ RSN EIRAE 2. S IfLE,

RIS - S BB L. ¥ —v350mL/ Ho

FIRRE © Rt FHH L Lo

WIS : =7 =Y ¥ 40mg/H, 4 I X7 ) v 5mg/ H.
UNVY TAXYa— VB 40mg H, bV TV T A
0.25mg/H. 7 v+ 3 F 20mg/ H,

A BB BUE © B & 149.5cm. A H 51.7kg. BMI 23.1,

R 36.4°C, IMLE 128/72mmHg. /03X 58bpm/min -
. Sp02 93% (FEHNA

SESEES © MRS 2 U, CEENEZIED D |
INERRERR 70 L. FODRBIE R 7 L

WERHERS © Mg et CINIGHE I ME S . it I o T &
D, i IELTL

Uit TR EEMREE S D . PSS L. BB
bz L, v /7 —B&u L, BMMEIRZ L. ’éﬁ%kﬂﬁ
BBXOPELT U, REARKIE T L. IR s 2%
L. MERIERZ L, H/NEEMZ L

MR AT R s (Mm% ] A fmsk 6110/pL, Hb 14.8g/dL.
Ht 45.3%. I/MREL 18.175 /uL, PT-INR 1.69, [ZE{b]
Alb 4.5¢g/dL, T-Bil 0.5mg/dL. ALP222U/L. y-GT 34U/
L. LDH 232U/L. AST 45U/L. ALT 43U/L. BUN
14.7mg/dL. Cr 0.59mg/dL. eGFR 72mL/min, UA 7.0mg/
dL. CK 42U/L. CRP 0.26mg/dL. Na 140mEq/L. K
4.3mEq/L. Cl 101lmEq/L. KL-6 279U/mL. HbAlc
5.8%. IMFHE 90mg/dL. BNP 61.7pg/mL. [ i %% ]

Y ~

B R 2R 9 e

Vv < FIBEHRMNEL, A CASE OF PULMONARY ARTERIAL HYPERTENSION DUE TO

ANTI-CENTROMERE ANTIBODY AND ANTI-SSA/RO ANTIBODY DOUBLE POSITIVE SJOGREN’S SYNDROME
TREATED WITH INTRA-VENOUS CYCLOPHOSPHAMIDE THERAPY, MASAHIRO YUKI et al : Department of

Rheumatology, University of Yamanashi Hospital
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CH50 >60.0U/mL. C3 125mg/dL. C4 27mg/dL. IgG
1892mg/dL. IgM 72mg/dL. IL-2R 405U/mL. ANA 640
% (discrete speckled pattern), HTdsDNA#HL & 11U/mL.
JUUIRNPHUME B2, HUSSA/RoHiiA 1665, SSB/Lat
& Bk, ik v b o X 7HUR 126U/mL. $TScl-70 fifk
fath, FIRNARY X 7 — ¥k e, i bavr
Y 7 M2HUR B 7.8, RF B= P, PR3-ANCA b= %,
MPO-ANCA [&14:

URteAs] & H (=), i (—)

ORI A, O 57 /4y, BhIEH. 10 - aVF -
VI-3 izt T (K1)

”ﬂv -vrilr‘m -

1. ARBFOER
JAFAEE, O ST IR/ 4, BHIEH . [ -aVF-V1-3 12&M: T,

S
—

Dxa —RE T EF77.1%. ZRFAHHERE (TR maxV)
3.55m/s. ZRFPERZE (TRPG) 50.4mmHg

MRS HERR A © % VC75%. FEV1.0% 84.7%. % DLco
13.2%

P X AG - OBEBEL 51%. ZECPA dull, £ 25 &4
F2EOEMEH Y (X2),

P HRCT : FliEh S AR I AMiE Ze L, Bli<E 2 L. [
BT L,

BRPR AR © e PNEZIE & PUSS-APUKEG M 2> & SS % &k
W, MRS MERERE T o £ 2 A, AT A B 2.8mL,
FI7Y VT AL 083g LIET03A b Tz, & 7z/NERAR
Ak CIZEAE I 0 50 2L E o ) > ) BREHE (focus
score 3) Z iR &, 19994E D EA B WFT 2 Wi X D SS
DBWHZE ST (K3), Hiky bu X 7HEBGHETH -
Te R 2 & O T2 2R T ST R R <L &
BMRRAE I I3 E S N o T2, SRR IZR LT
E. BEAER D = — AHHVIT BT 2 A0 MR B
YRR B & CMERRFR A D Bl i) 18 AR ZE A il
EIMESE (CTEPH) % EIXEENTH . SSIZfED PAH
EBW LT, BEEL TV F=Y v (PSL)40mg
(0.8mg/kg) & IVCY 500mg/ 81D # 5% Btk L 72, 1
BAE 20 6 2B 1247 o 20 = 3 — M # TTRPG 1

B2, ABRBSHIEEX#R Gk
DMIEBEL 51%, ZECPAdull, ZEH 2B LEH2BOREMB D,

S S
X3. MERIGER
HAETHFH D S0 LD ) v REREED D,

50.4mmHg %* 5 14.2mmHg 245 F L. RHC Tl meanPAP
1Z40mmHg 7 5 27mmHg £ TR T L, W dHHEL
Tz, MiMEIRRIEOBINZITH I, FBRFDI:D
B3R HITIBBE L 72, £ DR, 2 43 e afiL G o
ez CREBL T2,
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£ =

A RS L AE S i B IR Bl 5 i RE (CTD-PAH)
13, WK TR 4 B 1 5 B2 RE 12 £ 5 PAH (SSc-PAH) %
BbHZ VY, R TESSe, 2FBL) F< =7
Z (SLE). RE&MHE SN (MCTD) OEI& 22O
WU EELED, ZOESGIZIFIERSESATE T,
REOERMPEEZD 7 V7 O#HE TlE, CTD-PAHD
9 L SLE-PAH R % < >¥, HEO 28— MfFZET
1Z. SLE4%58.4 %. SSc#326.3 %. pSSA%153 % % i
. pSS-PAHDSEE % CTD-PAHDO —2 TH % Z & »*
HDhoTETWEY, CTD-PAH TR LKL D
i 86 ML SE A3 B A, PAH 721 T 2 < i g I BH 28 1 9%
B (PVOD). ZEOMEBERITHES b o, [WEMEMEEZ &
VA D Bl R E . CTEPH, FBIAR 48 1< £F 5 Jifi e i)+
JEZEDEL I B, T, THLOREAHED LIFLIF
BoLND,

PAH O F 2RI 5 EME IR R R 3 L JERE R T D
2ZEHh0, DMETRHZEST 2 Z L0550, &<
\ZpSS-PAH T Wi IZE 5 £ TIEM L ZET 544
69% & K¥% 5 267, Z IdpSS T i MW bR A3
BWEMREE L EoMoFHIZFS T 5 2 L% <. PAH
PRETZZLD T VO EEZ LND, pSS-PAH
OFFRERITEE L Z L 2%, 80% M Lo EFE
NYHABSBED BN Z 721X IV ER L, BFOLBEE L
HOREOFIRZHET 2 L3059, % 72pSS-PAH &
HIZPAH D % WpSSEFH L HiE L T Raynaud B 5,
B %, MEMIRESERITS L. PR, it
SSAHUA, PLUIRNPHUA, VU= A FRF, BT
~7u7 ) VIENL D EHEEICROLNDE LV Y,
Z DIEPLSSBHUAR, HFLUIRNPHUA, X D& WIEEELE
b, ARG R 25 PAH O MO fE MK 7 & [ E L 72
%D H5Y, REGITLIUAR, FTSSAHUEK, Eysm
7Y VIEDQHEIEH > Tz d DD, VU~ b FERTFS
PLUIRNPHLEE 12 TH D . Raynaud G0 I E M
JBER A S T, BERIZ—3 L Wil b H o 72,

T 7o, AREFNIPL ¥ b o X7 Pifk & HUSSA/Ro BT
& @ double positive DSSTH o 7z, L7zd3 o T, Fik
¥ bua X7 PARBM G M SS 1245 L 72 PAH & double
positive SSIZAHE L 7: PAH DE W 2SR Z 5] i TH
%, BEFRIZF W T, double positive SS D 1641 #1141l iz
PAHDS&HE L 72 & D13 & 2 H33EA 2 ital 13 72 2 o
729, Kyono M & D#i$5 T, double positive SS 738 4%
P ERIREAZERE 12 X 2 PAH 2 FRIE L. & B IZ S HEAL
OF D B DI ATEREZAE & B WS NTDEGNEFTE L
7219, & bz, ik v b o X 7 HUREMEESS 1A
PELT:PAH L PT > b o X 7 HiREGMESSc Iz &0F L 72
PAH % Bournia VK 5 285 L TE D, Hitv bu X7
Yok BB SS D 204 FF 25112 PAH, Pik > ho X7
PARBGESSc o 51HIF 1041z PAHZ&DFLTHB D, B

BRIV TOWEL > WMEEDOH 3% o121,

CTD-PAH D i1 <0 SCHRFBE I3 13 ARp S8 It Bl TR 14k M 5 i
J+: 4 (idiopathic pulmonary arterial hypertension ; TPAH)
[ TBAR BB IR BT 15 i) 5E (helitable pulmonary arterial
hypertension ; HPAH) OIREFRIZHE U CTIT oA 5 23,
CTD-PAHIZH; B i & L T, SLEX®MCTD, SSizfk
5 PAH Tl EINHIRE» G2 Th D EARBE L S h
3, Hi—sNTv AT VWH, FEREM EOX T
O FEyZ7ukrA7 73 F(CYC) BERE ShEL
BRI ATYZ W, fiERRSE IR L CiE, IPAH/
HPAP & [[ARRICE B 23D 2 — 5T, HBERELHE
AW RIREOREIZ X DIRBIGELI K S S B 27
BEMEAID D, T LB - i K S ME 238 L3 2
W d H 2™, CTD-PAHIZ B\ T I3l &2 OIFEEIZIE
UCTIRESRNIE I N5, CTD-PAHIZB ) 2I1RFEOFH
MO FMEF L LT, MEEDHERFS A TWDE Z &,
NYHA/WHOZMH 1 /., PAHORIER 23 H 1T 5

2, FERPOERFECTBMIT 2791213, PAHZ kK
L92INbDEETIIRMEL a—MEIZLDRY

V—= v I EBELIND,

pSS-PAH DIEREIZEI L Tid. CYC®R X b b U4 —
by VINI IR, 2270V hRAR, 37 x/—ViEE
TJeFN, THFF 7Yy, v FuxyrZouxvi s
OREWHF OMEARE»H D 102 1FIFefl TR T
oA RAFHSR TR, 2095, ar— Mg
IEGITIRIFZE 12 B WL, WL OIEFI25CYC ZH
L. Sl o 61z & 0 Bl iEAE o ¥ H B AR o
B0 RAEFROM EIZHFS LTz S L TWwiz?, CYC
EpSSITAT S KW L EMHEFCcHH O, Bl - F -

HFIRMARIRZE 2 EOBIMRE~OF A b 52,
AREHI TIE, pSS-PAH D H LI & pSSDIKRE a2 ~ +
O—VEWITMHENL AT oA K EIVCY OOf HEEE
TEINL. RIFTHEE»EFO NI, 72875 & HiT
H 21 DIVCY DRIVEA G &S L 8, Yk Tl
Euro-Lupus Nephritis Trial 12 B D IVCY 1% 500mg/body/
F W, —EHEEZDELTVWE, 20720
RIVEF ASHER U 7R3 158 . UEE L4 ED T
Fr2EloRE5THEAITHITTE TWwWb, SSc-PAHIZH
L CTpSS-PAHIZ A 7 u A Rl fl 2352503 2 #
& LT, T L% LU U 72354, SSc-PAH T AliE
BRAMZZ L WWERME(L & v O BB IR 0 PNEEREAE 03 L 6
5 —75 T, pSS-PAH TIIfliBINR O ¥ . L& P KL
DEEHER SIEMILIEE A 4 CTH DT L E 22,

JTAE O pSS-PAH 3 O i X W98 TlX 3 FEA 73
13888% TH DY, CTD-PAHTH D FHEAFARTH 2
SSc-PAH D 34EAEF 1252 % & § 2 BE#R & k5
3 & PRI EIF L W2 %, Blo#HE T Rk
pSS-PAH D 17312 SSc-PAH & ) BR\w— 4 T, SLE-
PAHX ) THBARRY TH D, Rk @m0 2 BEH D
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2 IR L T3, pSS-PAHIZ BT 23T O Fill A T
&L T, ERIIREFZEIC B W ORI A BT,
ESSDAI (EULAR Sjégren’s Syndrome Disease Activity
Index) 28V A ZHTF L LCRIES N, TIN5 DU
Lo TRYFHIWET 2HEE O RS ALY, FTk,
B DOWFZE Tk, pSSFIE 5 b PAHFIE T T D AR A3 &
DEWZEE, DMEE< 2 (Umin/m?) H3FET O Tl T
ERES NP,

SEF % %, ik v b o X 7 PR OUHiSSA/RoHiT
G D pSSIZAPEL T PAHIZH LT, A7 04 K&
IVCY OO FIBE 03350 U T REG] % #2B5R U 72 ASRERI &
(R Ak 02 D5 PRI AN B oD N PR 38 % £ 5 pSS 1T 35 T
CTD-PAH O FREME b L, HL »ITPAH R ME L.
B o G IIEIRNC X 2N AETRNETDH 2,

MR
FHEERIZ., KROLOMZEARIZOWTIE & oFE
BREH L XA,
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